Benign myoclonic epilepsy in infancy (BMEI) is a rare syndrome of idiopathic generalized epilepsies with onset below 3 years of age. It has been reported that BMEI is associated with a good prognosis, however, recently some studies suggest less favourable neuropsychological outcome. We report a long-term follow-up of seven patients with BMEI. Seizure outcome and neuropsychological, cognitive, and behavioural evolution were discussed for each of them. At the end of follow-up, 86% of children showed neuropsychological and intellectual disorders: two children had mental retardation, three patients achieved a borderline IQ and one normal but low IQ. All but one displayed neuropsychological disabilities including fine motor skill deficits, attention deficits, and language impairment and learning disorders. Our clinical data and the previous reports suggest that the early onset of the seizures may be one of the main factors of the illness giving rise to a less favourable outcome. Additional interacting factors such as delayed start of treatment, and efficacy of the drugs may play an important role, too. We believe that BMEI does not exert, different from some epileptic encephalopathies, a quick destroying effect but may interfere with the growth of developing functions, which results in long-term neuropsychological disabilities. q
Introduction
Benign myoclonic epilepsy in infancy (BMEI), delineated by Dravet and Bureau in 1981 [1] , is a rare syndrome of idiopathic generalized epilepsies (IGE) with onset below 3 years of age. There is a prevalence of males with a ratio of approximately 2-1. About 30% of affected children has a family history of epilepsy or febrile convulsions (FC).
The seizures occur in healthy infants, and are characterized by brief generalized myoclonic jerks involving the axis of the body and limbs. They usually last 1-3 s and are isolated, although sometimes they occur in cluster. BMEI is never associated with other seizure types, but rare FC may precede or follow the onset of myoclonic attacks.
Ictal EEG shows brief generalized 3 Hz spike-wave (SW) or polyspike-wave (PSW) discharges increasing during drowsiness. Seizures are well controlled by sodium valproate (VPA) but relapses have been reported in few patients later in adolescence requiring reintroduction of the drug [2] . Although BMEI prognosis has been considered favourable, some studies suggest a less favourable neuropsychological outcome [2] [3] [4] [5] .
The disagreement on long-term outcome of BMEI induced us to investigate the seizure-associated factors that may be involved in cognitive and behavioural development. We report a long-term follow-up of seven patients with BMEI. Seizure outcome and neuropsychological, cognitive, and behavioural evolution were discussed.
Patients and methods
Seven children (three males and four females) with a mean age of 8 years 1 month (range: 5 years 8 months-10 years 2 months) were enrolled among 1110 epileptic patients who were referred to the Child Neuropsychiatry Clinic of University of Palermo between January 1992 
